Comment.-This child shows an unusually clear association of allergic phenomena, purpura, and haemorrhage from the gut and urinary tract. The first are represented by joint swellings, urticaria (appearing as separate lesions and also as wheals with haemorrhage into them), angioneurotic cedema, and marked eosinophilia. It is probable that the positive skin reaction to hwmolytic streptococcal toxin is significant in this respect. I am inclined to regard the tonsils (from which hamolytic streptococci have been cultured several times) as the exciting if not the primary cause of the heemorrhagic condition. Now that the haematuria has ceased for some days, I think that the tonsils should be removed, even at the risk of a temporary recurrence of haemorrhage. The condition, however, differs from that commonly seen in purpura due to streptococcal infection, in that the platelets are not reduced, the tourniquet test is negative, and the bleeding time has only recently become prolonged. Dr. A. G. WATKINS said that about a year ago he had seen a girl aged, 10 years, who had a rash similar to that in Dr. Ellis's case, showing the same type of purpuric and urticarial lesions, accompanied by joint and abdominal pains. The history was that the rash had come out following the eating of a pomegranate. The child was admitted to hospital and after the rash had disappeared a pomegranate was given to her and the rash appeared again. An intradermal test to pomegranate was prepared and this gave a positive skin reaction.
A hematuria developed and persisted for nearly four months, but eventually cleared up, and when the child was seen about a year later there had been no recurrence of the rash and the urine was normal.
Gargoylism.-R. W. B. ELLIS, M.D. D. S., a girl, aged 1 year 8 months, was brought tb hospital in February 1938, on account of mental retardation. This is thought to date from earliest infancy, the baby having been consistently difficult to feed and refusing the breast. She can now sit up alone but makes no attempt to stand or crawl, feed herself, speak, or control excretions. She is chronically constipated.
The parents are unrelated and normal. A maternal great uncle was in an asylum. On examination.-A mentallv defective, fretful child, with a peculiarly raucous cry. Temperature 990 F., pulse 110, respirations 20. She has the characteristic "gargoyle" facIes, with heavy features, depressed nasal bridge, hyperteleorism, and coarse dark eyebrows (figs. 1 and 2). Bilateral clouding of the corneae. Profuse purulent nasal discharge. Ten teeth present. The hair is fair and coarse, being of almost exactly the same shade as that in the majority of cases of this kind previously seen. The skull appears hydrocephalic with considerable frontal bulging; anterior fontanelle Radiological examination : The changes in the long bones are less marked than in previously reported cases, but the bones of the upper extremity are thicker and broader than normal, and there is bilaterally some irregularity of the head of the humerus and glenoid fossa. The metacarpals and phalanges show more characteristic chang,es of chondro-osteo-dystrophy. Both acetabula are poorly developed, and lack the upper lip. The bodies of the lumbar vertebrae, particularly the first and second, show a tendency to the " sabot-shape " seen in previous cases, and lack the notched appearance normal at this age. Wassermiann reaction negative. Ophthalmic report (Mr. F. W. Law) . "Lack of co-operation entirely precluded slit-lamp examination of the corneee. Indeed all examination was actively resisted, but none the less a thorough examination with the loupe was possible. The corneae 772 Proceedinygs of the Royal Society of Medicine 62 show a generalized haze which is in my opinion present throughout its substance. The clinical appearance closely resembles that seen in buphthalmia, when it is due presumablv to the raised tension. There were no visible vessels present and it is likely that the haze is due to a generalized fibrosis, possibly complicated by separation of the corneal lamellke." The question has been raised as to the possible relationship of this syndrome to hypothyroidism. Two autopsies by Stewart [1] certainly indicate that gargoyles may show thyroid degeneration, although little, if any, improvement is observed with thyroid treatment. However, the facies, cranial deformity, lipoid degeneration of the brain, and other features are quite distinct from those seen in primary hypothyroidism, though Evans [2] recently pointed out that the hooked lumbar vertebra commonly present in gargoylism may also be seen in cases of hypothyroidism, and I have seen it in two typical cretins whose general condition and mentality responded well to thyroid treatment.
In view of the histological appearance of the brain, which resembles that in juvenile amaurotic idiocy, it has been suggested that gargoylism may prove to be allied to the lipoidoses. Ashby et al. [1] are inclined to accept this view. Recent biopsy examination [3] of the liver and spleen in a case showing hepatosplenomegaly showed, however, no lipoid infiltration of these organs, so that at present the evidence is inconclusive.
